Summary. We present a five-year-old girl with congenital insensitivity to pain with anhidrosis. A skeletal radiographic survey revealed several old fractures. Application of pilocarpine showed anhidrosis and nerve biopsy revealed a significant decrease in the number of myelinated and unmyelinated nerve fibres. Re Âsume Â. Le cas d'une fillette de cinq ans souffrant d'insensibilite Â a Á la douleur avec anhidrose est presente Âe. L'examen radiologique du squelette montre plusieurs anciennes fractures. Le test a Â la pilocarpine montre l'anhidrose et la biopsie de nerf re Âve Ále une dimunition significative du nombre des fibres nerveuses myelinise Âes et non-myelinise Âes.
Introduction
Congenital insensitivity to pain with anhidrosis is a hereditary sensory neuropathy. The primary clinical features include congenital analgesia, which leads to orthopaedic complications and self mutilation, and inability to sweat causing defective thermoregulation. Fractures and osteomyelitis can occur, Charcot joints may develop [8] . Abnormal findings on nerve biopsies have been reported [3, 5] .
Case report
A five-year-old girl presented with a painless swelling of the right foot after a fall 3 months previously. She did not have an antalgic gait and inspection showed numerous scars on the limbs from previous injuries. The right elbow lacked 25 degrees of extension. Although sensation to pin prick was diminished, no other neurological abnormality was noted. She had sustained a fracture of the right forearm complicated by osteomyelitis three years before.
Laboratory findings
Laboratory tests and electromyelographic examination were normal. Radiographs of the right foot showed a healed fracture of the head of the first metatarsal, new bone formation at the back of the calcaneus ( Fig. 1 ) and an old healed fracture of the right ulna. When the X-rays taken three years before were reviewed, the right radial head was seen to be destroyed with the appearances of osteomyelitis in the right ulna (Fig. 2) . The Wasserman reaction was negative. Injection with 0.1 ml 1% pilocarpine failed to induce perspiration. The intelligence quotient was normal. A biopsy of skin from the cruris demonstrated normal sweat glands but there was a decrease in the number of unmyelinated fibres around them.
A sural nerve biopsy showed a significant decrease in the number of unmyelinated and myelinated nerve fibres. Myelinated fibres were decreased to 3,219 per sq.mm compared with 12,310 per sq.mm in a matched control. The unmyelinated fibres were decreased to 6,817 per sq.mm, compared with 27,177 per sq.mm in a control. There was no selective decrease in the number of the fibres.
Electron microscopic examinations showed that most of the myelinated and unmyelinated fibres had a normal ultrastructure (Fig. 3) , but 15% of the myelinated fibres exhibited focal degeneration of the myelin sheath.
Discussion
In 1962 Winkelmann had classified the sensory neuropathies including congenital indifference to pain, familial dysotonomia, congenital sensory neuropathy, hereditary sensory neuropathy, acquired sensory neuropathy and syringomyelia [9] . Congenital insensitivity to pain with anhidrosis is in a group of diseases termed hereditary sensory neuropathies by Dyck [1, 2] . Rafel et al. suggested that it was due to a developmental defect of the nerveous system and most patients have been mentaly retarded [7] . Okuna et al. reported that a biopsy specimen of the sural nerve revealed a marked decrease in the number of both small myelinated and unmyelinated fibres and that a skin biopsy had demonstrated an absence of unmyelinated fibres around the normal sweat glands. Eker et al. described two male siblings with congenital insensitivity to pain and showed extreme paucity of unmyelinated fibres using electron microscopic examination of the sural nerve [3] . O È zbarlas et al. noted a case with congenital intensitivity to pain who had gangrenous and ulcerating lesions [6] .
In our patient, biopsy of the sural nerve demonstrated a significant decrease in the number of the myelinated and unmyelinated fibres. The skin biopsy showed a marked decrease in unmyelinated fibres around normal sweat glands. The intelligence was normal. 
